SUMMARY Persistent atrial standstill occurred in a father and his youngest son with familial Ebstein's anomaly. In both cases routine electrocardiograms showed no atrial electrical activity and cross sectional echocardiograms showed inferior displacement of the septal tricuspid leaflet and tethering of the tricuspid leaflets to the right ventricle. The father had a cerebral embolism and died of a myocardial infarction. Necropsy showed attachment of the septal tricuspid leaflet below the membranous septum. On serial histological examination fibrofatty infiltration of the right atrial wall, the atrioventricular node, and the inferior part of the His bundle up to the bifurcation was present. The son had haemodynamic and electrophysiological findings consistent with mild Ebstein's anomaly and persistent atrial standstill, for which permanent cardiac pacing was necessary.
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The persistent atrial standstill with slow escape rhythm was most probably a consequence of the abnormalities in both the atrial wall and the His bundle which, together with the abnormal attachment of the tricuspid valve, may be features of the same congenital cardiac anomaly.
Ebstein's anomaly is an uncommon congenital heart disorder' predisposing to right bundle branch block, pre-excitation,2 and an increased risk of sudden cardiac death.34 Atrial fibrillation occurs in one third of patients with Ebstein's anomaly3 but to our knowledge atrial standstill has never been reported in this condition. A Physical examination showed a regular pulse of 48 beats/min, normal heart sounds, and a slight right facial paresis. The electrocardiogram showed junctional regular rhythm with left QRS axis deviation and absent initial septal forces. No P waves were visible (Fig. 1 ). An intra-atrial electrogram detected no atrial electrical activity. The escape rhythm was atrioventricular junctional at a regular rate of 50 beats/min. Right heart catheterisation showed no "a" waves in the right atrial pressure tracings. No atrial wall movement was observed at fluoroscopy. No angiogram was performed.
The patient was discharged taking oral anticoagulants. Simultaneous M mode echocardiograms of the tricuspid and mitral valves were recorded from the parasternal transducer position, and tricuspid valve closure followed mitral valve closure with an interval of 50 ms. There was no A wave on the mitral and tricuspid valve echocardiograms. A cross sectional echocardiogram in the apical and subcostal four chamber views showed an abnormally low septal insertion of the septal tricuspid leaflet, enlargement of the right atrium, increased redundance of the tricuspid subvalvar apparatus, and tethering of the leaflets. In July 1981 he had an anteroseptal myocardial infarction and died as a result of cardiogenic shock. At necropsy no thrombus was found in the coronary arteries. A large infarct of the septal and anterior wall 594 17 We suggest that patients with persistent atrial standstill should be examined by cross sectional echocardiography in the four chamber view to detect dysplasia of one or two atrioventricular valves. 18 
